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In a few families the lesions of neurofibromatosis have been associated Association
with cpiloia. Instances of this kind have been very rare and may be JJjf^ neuro~
accounlcd for by the coincidence of two hereditary diseases, and in the    romatosis
present stale of our knowledge more confusion than clarity seems likely
to arise from the attempts made by some authors to bring the two
conditions into a close relationship.
4-CLINICAL PICTURE
It is convenient to describe first the clinical picture of the disease in its
fully-developed form, and then to discuss its manifestations in those
cases in which its incidence is limited to a smaller number of tissues.
In the fully-developed form symptoms are present either from birth or
from an early age. ttpilepsy is usually the earliest symptom described,
perhaps because it attracts attention as soon as it occurs, whereas
menial defect is usually not noticed until the child is some months or
even a year or two old.
(1)—Epilepsy
Convulsions usually begin during the first year of life. This was the
case in thirteen out of the seventeen patients reported by Ferraro
and Doolittle. In Hartdcgen's case, one of the first to be described,
convulsions were noted a few hours after birth and continued until the
death of the child two days later. In rare instances the attacks do not
begin until late childhood or adolescence or even occasionally adult
life. All varieties of epileptic attack have been described, grand mal,
petit nuil, Jacksonian epilepsy, and various epileptic equivalents. The
frequency and periodicity of the attacks are very variable. Some
patients have many attacks in a day, whereas others have only one or
two in a year. Long periods of remission may occur irrespective of
treatment. Status epilcpticus may be a terminal feature.
(2)—Mental Defect
Mental defect is usually present from the beginning of life, and in such
cases attention is drawn to it by the backwardness of the child in sitting,
walking, and talking, and its slowness in reaching the usual milestones
ofdevelopment. In some reported cases, however, the early development
of the child was apparently normal, but after a few years a progressive
deterioration set in. Whether or not the child is mentally defective from
the beginning, the mental functions undergo a progressive eafeeblernent
later. Critchley aad Earl pointed out that the essential psychological Associated
feature of cpiloia was a combination of intellectual defect proper with —"•*"•—
a primitive form of psychosis. The intellectual defect is always pro-
nounced, the patient falling into the group of imbeciles or idiots, and
the psychosis is best described as a primitive type of catatonic schizo-
phrenia.

